At presentation he had eunuchoid skeletal proportions, and generalized obesity (110 kg). A triangulr, asymmetrical facial appearance was associated with a broad nose and forehead, hypertelorism, high arched palate and abnormal lower dentition. The presence ofanosmia was confirmed by a failure to detect phenylethylalcohol, an olfactory stimulus. Hypogonadal features included sparse axillary and pubic hair, absent facial hair, soft skin texture, gynaecomastia, microphallus, absent scrotal rugosity and radiological evidence of delayed bone age and epiphyseal closure. The left testis measured 5 mm and the right was absent. He had no other features of hypopituitarism and neurological examination was normal. Endocrine assessment confirmed low testosterone levels (Table 1) with low basal and suboptimal poststimulatory gonadotropin levels, consistent with hypogonadotropic hypogonadism. He received a 4 week subcutaneous pulsatile luteinizing hormone releasing hormone (LHRH) infusion (2.5 tg/pulse) which resulted in a rise in LH but not folliclestimulating hormone (FSH). Testosterone levels failed to rise following firstly human chorionic gonadotrophin (HCG) and then during the LHRH infusion; this may reflect dysplasia of the Leydig tissue associated with the cryptorchidism. The growth hormone responses to dynamic testing were suboptimal probably due to his gross obesity, but other pituitary hormone responses were normal.
CT scanning and later a nuclear magnetic resonance scan detailed agenesis of the corpus callosum and anterior commissure with abnormalities of the temporal lobes and hippocampus. A Dandy-Walker cystic malformation lay within the posterior fossa, communicating with a slightly enlarged 4th ventricle, and associated with an absent inferior vermis of the cerebellum (Figure 1 ). Neuropsychological assessment for motor, perceptual and intellectual functions was normal for his IQ level. Therapy with testosterone replacement has induced pubertal changes and increased penile size.
Discussion
Congenital midline cerebral malformations are uncommon, arising from developmental arrest of the anterior neural tube, and of these agenesis of the corpus callosum is the most frequently encountered. Unlike acquired defects of the corpus callosum, congenital agenesis is rarely associated with neurological dysfunction and the extent of associated lesions determine the clinical course and severity of neurological dysfunction. Acquired defects or surgical lesions of the interhemispherical pathways within the corpus callosum produce severe motor and perceptual problems. In agenesis, alterative compensatory neuronal pathways and bilateral representation of motor and parietal functions appear to develop and formal neuropsychological testing, as in our patient, may show minimal or no evidence of motor, perceptual or intellectual dysfunction3. Maldevelopment of the pituitary gland can be associated with midline cerebral defects'. However, Kallmann's syndrome (olfactogenital dysplasia) results from parasagittal developmental arrest and is a rare association, having been reported in only 11 cases with agenesis of the corpus callosum1 2. The classical endocrine defects of hypogonadotropic hypogonadism, as demonstrated in this patient with low testosterone levels and low basal gonadotropins with an absent or submaximal response to exogenous LHRH4,5, arise from hypothalamic dysfunction of LHRH neuroregulation resulting in loss of pulsatile secretion of gonadotropins5. In addition there was a failure of testosterone response to both LHRH and HCG suggesting dysplasia of the Leydig tissue associated with cryptorchidism. We report a case of histiocytosis X in an adult who presented with intertrigo and subsequently developed evidence of a multisystem disease. The diagnosis was established on the basis of cutaneous histology and immunohistochemical studies. A clinical remission was induced with local radiotherapy and combination chemotherapy.
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Case report A 59-year-old woman presented with a 3-month history of painful, irritating intertrigo affecting the inguinal and inframammary regions. Subsequently she developed symptoms of polyuria and polydipsia which persisted despite control of mild diabetes mellitus. Examination revealed an inframammary intertrigo with outlying papules and an ulcerated intertrigo affecting the inguinal region. General systemic examination at presentation was normal. Routine investigations were normal apart from a positive rheumatoid factor (1 in 320).
A skin biopsy taken from the inguinal region revealed a monomorphic infiltrate of large histiocytic cells in the papillary dermis and sleeving the appendages. There was evidence ofexocytosis ofthese cells into the epidermis and the infiltrate contained some eosinophils. The histiocytic cells contained abundant eosinophilic cytoplasm with eccentric vesicular nuclei, some of which were kidney-shaped ( Figure 1) . Immunohistochemical studies revealed that the infiltrate consisted of numerous OKT6 positive cells. These cells also expressed HLADR antigens and were S100 protein positive. Electron microscopy revealed characteristic Birbeck granules confirming the diagnosis ofhistiocytosis X (Figure 2 
